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060cHOBaHHUe. PaHHsS AnarHoCcTUKa TpoMboUUTONaTui y AeTen IBAsSIETCS akTyaslbHOM 3agaqen negmatpun. AuarHocTmKa
03BOJIAET PEeA0TBPAaTUTbL Pa3BUTHUE KPOBOTEYEHUI, XPOHMYECKOH NOCTreMopparniecKon aHeMmm, CHUIKaeT PUCK pa3Bu-
THsi TPOM6030B. Llenb nccaegqoBaHnss — OLIEHUTb YAcTOTY BCTPEYAEMOCTHU HapyLLEHWI arperaumnm TPoOMO6OLUUTOB y AETEN
C NPOoSIBJIEHUSIMN FrEMOPParM4ecKoro CMHAPomMa Ha GOoHe XPOHMYECKON natoaorun. Metoasbl. VicciegoBaHne rnpoBegeHo
Ha 6a3e HWW neanatpum n oxpaHsl 340p0Bbs ageten HKL N°2 ®6HY «PHLX nm. akag. B.B. [leTpoBCKoro» B nepuos ¢ sHea-
psino gekabpb 2022 1. B uccnegoBaHme 6bi1u BKIOYEHbI 62 pebeHKa, M3 HUX oTobpaHbl 50 geten (21 manbyuKk n 29 geso-
4yeK) B Bo3pacTte oT 2 net 3 mec go 17 net 11 mec. MeanaHa Bo3pacTta coctaBuna 9,4 (7,2; 13,4). ArperatoMeTpuio
pPoBOAMIN C MOMOLLbLI MMMEAaHCHOIro NoJlyaBTOMaTU4ECKOro arperoMeTpa B Le/bHOM Kposu. Pe3ynbTaTtsl. et 6biim
pacrnpeaeneHbl Ha caegyolmne rpynnbl: 3aboneBaHuss cepaedyHo-cocyancton cuctembl (CCC), 1M30COMHbIE 60E3HMU
HakonneHuns (JIBH), HacneacTBEHHblIE MOHOreHHble cuHapombl (HMC), getn ¢ gucnaactmyeckmum cuHgpomom (AC), aetn
¢ nartosiornert HepBHou cuctembl (HC). Tunoarperaums ¢ TPOMOUH-aKTUBUpYyoWwmnm nentugom (TRAP-TecT) BbisiBAeHa
B 28% cny4aeB (n = 14), vyaiye y aeteun ud rpynnbl ¢ HMIC — 10% (n = 5) n ¢ Haandmem [JC — 10% (n = 5). lMnoarperaumns
¢ ageHosuHangocpatom (ADP-tect) BoisiBneHa B 20% cayvaeB (n = 10), ¢ apaxuagoHoBoi Kucaoton (ASPI-tect) — y 14%
(n =7). luneparperaumns ¢ TRAP-tecTtom BbisiBsieHa y 12% (n = 6), ¢ ADP-Tectom — B 8% cny4aeB (n = 4). [uneparperayus
¢ ASPI-tectom BbisiBsieHa B 18% ciy4aeB (n = 9). 3aKar4eHue. [IpoaHan3npoBaHbl Pe3y/bTaThl arperaLmuoHHON QyHKLNU
TPOMOOLINTOB, rMnoarperaumns ¢ MHAYKTopamu Habawganacb 60siee 4eM y Mo0BUHbI eTeN, runeparperalms Habanaa-
nlack NPaKTUYECKHM Y M00BUHbI NalyNeHTOB.
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OBOCHOBAHME

MN3BeCTHO, 4TO TPOMOGOUMTLI MpeacTaBAAOT co60t0
6e3bsflepHble KNETKU KPOBM, MpoayuupyeMble Meraka-
proLMTaMKn U cNOCOBHbIE MBMEHATb MOPGHONOruio B 3aBU-
CUMOCTH OT yCNnoBUIK. TPOMOGOLMUTLI ABASIOTCA KOYEBbIMU
y4aCTHMKaMKU NepPBUYHOIO reMocTasa, BbIMOJHAOT aHrMo-
TpodunyecKkyto OYHKLMIO, YHacTBYIOT B BOCMaIUTENbHbIX
peaKkuuax, pemMoaenMpoBaHMnM U pereHepauuun MoBpex-
[eHHbIX TKaHen. HopManbHO QYHKLMOHUPYIOLLIME TPOMBO-
LUMTbl UrpaloT BaKHYlO poSib B BOCCTAHOBMIEHUU Pa3iny-
HbIX MOBPEXAEHMIN, NOoBbIWAOT daroymTapHylo GyHKLMIO
nenkoumnToB. Bnarogapsa HanuuMilo Ha MX MOBEPXHOCTU
crneuuanbHbix peuentopos — TLRS (Toll-like receptors) —
OHW He3aMeanuTeNnbHO pearnpytoT Ha ntobon 6aKTepuasb-
HbI @HTUrEH, 3@ YTO B aHINOA3bIYHOW NUTEpaType nony-
YUNIU Ha3BaHUE «KOYEBHUKKU-4acoBble nopsaaka» (nomadic
sentinels) [1].

JedeKTbl B paboTe TPOMOOLMTOB MOTyT CNOCO6CTBOBATh
Pa3BUTMIO MOBbILLIEHHOIO PUCKA KPOBOTEYEHUS UM TPOMGO-
o6pa3oBaHus.

OCHOBHbIMW KOMMOHEHTaMW LMTOCKeneTa ABAsOTCA
MUKPOTPYOOUKN U MUKPODUNAMEHTbI, KOTOpble onpeae-
naT dopMmy M o06beM Knetok [2]. K cneunduryeckum
opraHenfniaMm TPOMOGOLIMTOB OTHOCATCA TPWU TWUMa rpaHyn:
anbda-rpaHynbl, NAOTHbIE TPaHylbl U JIM30COMbl, a TaK-
e MWUTOXOHApPWW, BaKyonwu, annapaT lonbaxu. MnoTHble
rpaHynbl coaepxaT ageHo3nHandocdaT, ageHO3UHTPU-
docdaTt, CcepoToHMH, nupodocdartbl, WOHbI KanbLMUS.
Anbda-rpaHynbl — daKTop pocTa, 6eTa-TpoM60rnobynuH,
dakTop VIIl — aHTureH paxktopa BunnebpaHaa, dakTtop V,
GUBPUHOreH, TPOMOBOCNOHANH, PUOPOHEKTHH.

Tpomb6ouunTONnaTUM peanuaytoTca BCAEeACTBME Hapylle-
HUS CUCTEMbI FEMOCTa3a M Ka4yeCTBEHHbIX JePEKTOB TPOM-
6GOLMTOB MPU MX HOPMaNbHOM KO/JMYECTBE, YTO cO3aaeT



NPeanoCbITKU K CHWXEHUIO HOPManbHOW GYHKUMKU remo-
cTasa.

Mpn HacneacTBEHHbIX TPOMOGOLMTONATUAX CYLLECTBYIOT
BPOXAEHHblE aHOManun TPOMOOLMUTOB (MeMOpPaHHbIE, BHY-
TPUKIETOYHbIE, HapylleHWe ajresuu, arperauum Tpomo6o-
LMTOB, HapylleHMe BbICBOGOXAEHMS WM AePUUMT rpaHyn
n ap.). MprnobpeTeHHble TPOMBOUMTONATUN XapaKTepPHU3YLOT-
cs HapylweHnem GyHKUMOHaNbHbIX CBOWCTB TPOMOGOLMTOB
BCNeACTBME OCHOBHOMO 3ab60eBaHus.

Hun3Heyrpoxatouime KpoBOTEYEHUS NMpPU HacNeACTBEH-
HbIX Tpomb6ouuTonaTMax BcTpeyatoTea peako (1 : 1000),
B TO BPEMS KaK CMOHTaHHble M NOCTTpaBMaTUYeCKNE KPOBO-
Te4YeHUs pacnpocTpaHeHbl JOCTAaTOYHO WHUPOKO.

TpombouunTonaTUm XapaKTepuayoTcs pa3BUTUEM reMop-
parM4ecKoro CUHApPOMa CMNOHTAaHHOro WAM MOCTTpPaBmaTh-
YeCKOro xapaktepa no MWUKPOLMPKYNATOPHOMY TUMY; Ku-
HUYECKM MOrYT NPOABASATLCS B BUAE IKXMMO30B, NETEXUH,
HOCOBDbIX, AECHEBbIX, JIYHOYKOBbIX KPOBOTEYEHUN OOU/bHbI-
MU U ANUTENbHBIMWU MEHOPPArMsMM, NOYEUYHbIMU, KenyLoy-
HO-KMLUEYHbIMKW, NOCNeonepaLMoOHHbIMU KPOBOTEYEHUSAMM,
KPOBOU3UAHUSAAMWU B FONIOBHOM MO3T. TaxecTb Bapuabenb-
Ha W 3aBUCWT OT BMAA TPOMOOLMTOMNATMKU, CTENEHU Kadye-
CTBEHHbIX W KOJMYECTBEHHbIX AedEKTOB TPOMOOLIMTOB.
[narHocTMKa 4pesBbl4aHO COXKHA, TakK Kak Tpebyetca
npoBefeHne MHOXKecTBa labopaTopHbIX TeCToB [3].

OunarHocTuka TpombGouMuTONaTUM  OCHOBbIBaeTCH
Ha BbISIBJEHWW reMOpparMyeckoro CMHAPOMa MUKPOLMPKY-
NATOPHOrO TUNa B COYETaHUM C HapylleHneM OYHKLMOHaNb-
HbIX 1 BUOXMMUYECKUX XapPaKTEPUCTUK TPOMOOLUTOB.

Mo paHHbIM psiga ny6ankauui, ot 36 no 80% Bcex Kpo-
BOTEYEHUN Y feTeN CBSA3aHbl C HapyweHneM TpoMboLuuTap-
HOro KOMMOHEeHTa remocTtasa. JedeKTbl NePBUYHOrO reMo-
cTasa npeactaBnsaoT cobov Hanbonee pacnpocTpaHeHHble
NPUYUHBbI @HOMaJIbHbIX KPOBOTEYEHUI. [lepBble CUMMNTOMbI
B BMJE reMopparnyeckoro CMHAPoOMa MOryT MOSBUTLCS YKe
B paHHem BoO3pacTe C AajbHENMM NporpeccupoBaHnem
no Mepe B3pocheHus pebeHKka. KnuHuyeckue nposine-
HUSE CNOCOOGCTBYIOT Pa3BUTUIO KM3HEYrPOXKatoWmMX KPOBO-
TeYEHUN Npu TpaBMax M onepaTUBHbIX BMellaTenbCTBax,
4YTO AenaeT UX CBOEBPEMEHHYIO AMArHOCTUKY aKTyanbHOM
npo6nemon u TpebyeT NpoBeaeHUs KOMMIEeKCHOro obcene-
foBaHus [4].

K corkaneHuto, cBOeBpeMeHHas AMarHoCTMKa [LaHHOM
rpynnbl 3a60f1eBaHMM Ha PaHHUX 3Tanax KIAMHUYECKUX NPO-
ABNEHUN 3aTpygHeHa. lMauueHTbl Jonroe Bpems nedatcs
y cneuuanncToB y3Koro npoduns B 3aBUCUMOCTH OT JIOKa-
NN3aLnn KpoBOTEYEHMS (OTOPUHONAPUHION0M0B, TMHEKONO-
roB, CTOMaTo/IoroB), YTO COMPOBOXAAETCA HeLOCTaTO4YHOM
3PPEKTUBHOCTBIO 1e4eHus 1 noamnparMasven [5].

Ocobyto TpeBOry BbI3blIBAET HU3KUIM YPOBEHb MHPOPMMU-
POBAHHOCTM MPAKTUKYOWMX Bpadven. JIMb He3Ha4yuTeNb-
Has YacTb NaLUMEHTOB NonagaeT K reMaTonory.

MepBbiM 3BEHOM AMArHOCTUKM TPOMOGOLMTONATUI ABNS-
eTcs Noapo6HbIM cOOp aHamHe3a nauueHTa U ero poa-
CTBEHHWKOB. [1pK HanM4ymMmM B aHaMHe3e remopparnyeckoro
CUHAPOMA C MUKPOLIMPKYNSTOPHBLIM TUMOM KPOBOTOYMBOCTHU
Heo6x0AMMO NPOBOAMTL TLWATENbHbIM COOP aHamMHecTuye-
CKMX AaHHbIX, yaenas BHUMaHWe HacneacTBEHHOMY XxapaKTe-
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Background. Early diagnosis of thrombocytopathies in children is a relevant objective of pediatrics. Diagnostics helps prevent
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py remMopparMyeckoro cuHapoma. Cnegyet yTo4HATb BpeMS
MaHubecTaunm anuM3oha KPOBOTEYEHMS, Halnyme TpaBMm
C NocneayWwnmMmn KpoBOTEYEHUSMHU, INU30Lbl KDOBOTEYEHUS
npv NPope3bliBaHNK, CMEHE WK IKCTPaKLMK 3y60B, Hanuvme
KPOBOTOYMBOCTM AECEH MpU YUCTKE 3y6OB, MMHEKONOrM-
YEeCKMM aHamHe3, NPOBOAMIWCHL M OMnepaTWBHble BMella-
TeNbCTBa C reMopparnyeCKUMm OCNOXKHEHUAMU WX NPUEM
NeKapCTBEHHbIX NpenapaToB, BAUSIOWMX Ha GYHKLUKU TPOM-
60UMTOB. Y 6AMKaNLWNX POACTBEHHUKOB pebeHKa HeobXxoau-
MO BbIICHUTb Hannyne 3ab0feBaHUi, CONPOBOXAAIOLMXCA
remopparM4yecknum CMHAPOMOM (TPOMOOLIUTONEHUN, TPOMBO-
uMTonaTtuu, KoarynonaTtuu, Tpomeodunum).

BTopoe 3BEHO AMArHOCTUKM — KIMHWYECKUIA aHanun3
KPOBMU, oLleHKa MOpdONorMmM TPOMOGOLIUTOB B Ma3Ke KPOBH,
Koarynofiormiyeckoe mnccnefoBaHne nnas3mbl (onpeaeneHne
aKTMBMPOBAHHOIO 4acTUYHOro TPOMOGOMNACTMHOBOIO Bpe-
MEHW, NPOTPOMOUHOBOIO BPEMEHW, KOHLEeHTpaunn dnbpm-
HoreHa, aHTuTpombuHa lll, D-gumepa, akTUBHOCTU NPOTEU-
Ha C K S) ana UcKoYeHUs 4edULUTHBIX COCTOSHUI, KOTOpble
MOryT cnocob6CTBOBaTb Pa3BUTUIO HapylWweHWh B NepBuY-
HOM 3BeHe remoctasa. CnegyeT yy4uTbiBaTb, YTO 3a4acTylo
npu TpombouuTOonaTUSaX He HabnwgaeTcs OTKIOHEHWK
OT pedepeHCHbIX 3HAYEHUH B KIMHUYECKOM aHanu3e Kpo-
BU. Mopdonornyeckmn aHanus TpomMOGOLMTOB MNO3BONSET
nofly4nTb AOMNONHUTENbHYIO MHbOPMAaLUIO OTHOCUTENBHO
KoAnyecTBa U pa3MepoB TPOMOOLMTOB, HANUYUSA UX KOHIO-
MepaToB U APYrMx 0CO6EHHOCTEN.

McecnepoBaHne ¢dyHKUMOHANbHBIX HapyLEeHUWM TpoM60-
LMTOB MPOBOAMUTCS C MOMOLLBIO ONTUYECKON AN MMMNeLaHC-
HOW arperaTomMeTpuun. MeToa ONTUYECKOW arperaTomMeTpuu
onpeaensieT NponyckaHuve ceeTa B o6pasue nnasmbl, 6ora-
TOM TpoMBOLMTaMu, MPU UHAYKLKUK arperaumm TPOMOGOLUTOB
aKTMBaTopamun. MeToa TEXHUYECKHM CNOXKEH, TPEeByeT cneuu-
ann3npoBaHHOM nabopaTopuun, U ero TPYAHO CTaHAapTU3K-
poBartb.

MmMnegaHcHaa arperatoMeTpus, HanpoTMB, OCHOBaHa
Ha arperaunv akTMBMPOBAaHHbLIX TPOMOOLIMTOB Ha MOBEpPX-
HOCTW 3NEKTPOAO0B. ArperaunoHHas KpuBas U ee OCHOBHble
napameTpbl paccyuTbiBalOTCA aBTOMaTuyeckun. Mameperums
BbIMOJIHAOTCA B o6pasuax uenbHOW KpoBW, obpaboTaH-
HOW aHTUKoarynaHtamu. [aHHbli cnocob uccnefoBaHus
NO3BONSET WUCKIOYUTL MpeaHannTU4YeCKMUe MOrpeLHoCTH,
npu 3TOM OTCYTCTBYET CTaus aKTMBaLWW TPOMOOLMTOB
BO BpeMS NOATOTOBKU U HEOBXOAMMOCTb B LeHTPUdYrnpo-
BaHWW KPOBW. JOCTYNHOCTb CTaHAapTM3MPOBaHHbIX aKkT1Ba-
TOPOB ynpoLlaeT U3MepPEHNs 1, cnegoBaTteslbHO, NO3BOASET
NPOBOAUTE MOHUTOPMHI GYHKLMKM TPOMOOLMTOB ObICTPO
W TOYHO [6]. MiccnepoBaHme ocylWwecTBASETCS C UCNONb30Ba-
HMEM Pa3NnYHbIX MHAYKTOPOB arperauunn (aaeHo3mHandoc-
dar, KonnareH, apaxmgoHoBas KUCNOTa, TPOMOUH-aKTUBHUPY-
OLWIM NenTna, PUCTOMULMH 1 ap.) [7].

Arperauus c apaxmaoHoBom kucnoton (ASPI-TecT) conpo-
BOXJaeTcs aKTuBauuen docdonunasbl v nocaefyoumm
06pa3oBaHMEM BTOPUYHbLIX MOCPEAHUKOB, MOGWUAM3aLMen
BHYTPUKNETO4YHOro CaZt 1 BbICBOGOMAEHUEM apaxuioHo-
BOW K1cnoThbl [8].

[evctBue ageHo3nHandbocharta B Ka4yecTBe MHAYKTOpa
(ADP) onocpepyeTcs 4yepes3 cBgA3blBaHWE C peuentopamu
P2Y1 n P2Y12 Ha mem6paHe TpombouunToB. Npn B3anmo-
OENCTBUM TPOMOOLMTOB C ageHo3nHandbochatom npouc-
XOAMUT NepBUYHas KanbLni-3aBucumas arperauus. JaHHbln
TeCT MUCnonb3yeTca AN OBHapyXKeHUs WMHIMOupoBaHUs
Tpom6oUUTapHbIX peuentopoB P2Y1 n P2Y12.

Arperauns ¢ TPOMOUH-aKTUBUpPYoLWKMM nentugom (TRAP-
TECT) oTpaxaeT NoTeHLManbHYy0 CNOCOGHOCTL TPOMOOLUTOB
K arperauuu. B KayecTBe MHAYKTOpa BbICTynaeT nentug,
aKTUBMpYOLWMIA pelenTop TpoM6uHa PAR-1 [9].

Llenb uccnegosaHua

Llenb npoBeAeHHOro nccneaoBaHUs — OLLEHUTb YacTo-
Ty BCTPEYAEMOCTM HapylleHus arperaumv TpoM6GOLMTOB
y OETEW € NPOSIBIEHUSIMU FEMOPPArM4ecKoro cMHapoma.

METOAbI

OueHKa arperaunoHHON GyHKLMKU TPOMOOLIMTOB NPOBO-
[Mnacb Ha OCHOBaHWM YCTAHOBJIEHHbIX paHee pedepeHCHbIX
nHTepBanos [10].

An3aiH uccnepoBaHua

Ha 6ase HUW negmatpuum 1 oxpaHbl 340pOBbS AETEN
(HKLL N°2) B 04HOMOMEHTHOE MPOCMEKTUBHOE UCCNefoBa-
HWe 6blan oTOGpaHbl AETU, UMEOWME B aHaMHe3e W/unu
Ha MOMEHT OCMOTpa reMopparn4yeckum CUHOPOM Ha dOoHe
XPOHWYECKOM MaToNornu.

Ha nepBom aTane o6¢cnefoBaHbl 62 pebeHKa ¢ remoppa-
rTMYECKMM CMHAPOMOM Ha MOMEHT OCMOTpa U/WAK B aHaM-
He3e. U3 Hux oTo6paHbl A8 aHanm3a 50 geten (21 ManbymK
n 29 neBo4eK) B Bo3pacTte oT 2 neT 3 mec Ao 17 net 11 mec
6€3 aHEMUU, KIIMHUYECKNX CUMITOMOB BOCMNa/eHNUs U MeTa-
6on1mn4eckoro cuHapoma. CpeaHuin Bo3pacT coctaBun 9 net
1 mec.

Bcem getam npoBeaeHO KOMMEKCHOe o6cnegoBaHume,
KOTOpO€E BKJ0Yano Gpu3nKalbHbIM OCMOTpP (C60p aHaMHe-
3a, }Kanob, KIMHUYECKMI OCMOTP), NabopaTopHble MeToAbl
(KTMHWUYECKNIM aHann3 KPoBK, GUOXMMUYECKUIN aHaNTN3 KPo-
BW, KoaryjorpamMmma, arperatomerpms).

Arperaunio TPOM6OLMTOB ONpeaensisin B LIEIbHOW KpPo-
BM, CTabUNIN3UPOBAHHON MMPYAMHOM, C MOMOLLbIO arperome-
Tpa Multiplate (Roche, ®paHums).

YcnoBus npoBefeHUs uccnefoBaHus

MccnepoBaHue 6bi10 npoBeaeHo Ha 6a3e HUU negua-
TpUM U oxpaHbl 3a0poBbs geTen, PrbHY «PHLX um. akap.
B.B. MNeTtposckoro» (r. Mocksa, Poccus). BknoveHne yyacT-
HWKOB M C60pP AaHHbIX OCYLECTBASINCL B MEPUOZ C AHBapS
no gexkabpb 2022 r.

B nccneposaHue 6611 BKKOYEHBI 62 pebeHKa ¢ remop-
parM4ecKkMM CMHAPOMOM Ha MOMEHT OCMOTpa M/UNK B aHaM-
He3e, U3 HMX oTo6paHbl 50 geTen (21 manbyunK n 29 aeBOYEK)
B BOo3pacTe oT 2 neT 3 mec Ao 17 net 11 mec 6€3 aHeMUH,
KJIMHUYECKMX CUMNTOMOB BOCMNaNeHUs U MeTabo/IM4yecKoro
cuHapoma.

Bcem peTtam npoBoAMNOCbL KOMMJEKCHOe o6cnefoBa-
HWe, BKJYawllee Pu3nKanbHbIi OCMOTP (CO0OP aHaMHe-
3a, Xanob, KIMHUYECKMI OCMOTP), TabopaTopHble METoAbI
(o6wKnr aHanM3 KpOBM, OMOXMMWUYECKMM aHaIn3 KPOBMH,
Koarynorpamma, arperatoMeTpums).

Kputepum cooTBeTcTBUA

KpuTeprem BKIOYEHUS B UCCeJOBaHNE SBASCS reMop-
parnMyecKuMi CUHAPOM B aHaAMHE3€e /UK Ha MOMEHT KJIMHU-
4eCKOro ocmoTpa y agetel Ha GOHe XPOHUMYECKOW NaToIoruUun.

M3 ncenefoBaHUs UCKAOYANUCh JETU C KIIMHUYECKUMMU
NPOsIBNEHUSIMU aHEMUKN, CUMNTOMOB BOCMAMTEIbHOIO NPO-
Luecca, MeTaboIM4eCKOro cMHaApoma.

OnucaHne KputepmueB COOTBETCTBUS

(AnarHocTUYecKne KpuTtepum)

KpuTepun cooTBETCTBUS YCTAHOBMIEHbI Ha OCHOBAHMU
Hay4HbIX JaHHbIX cTaTen, Nny6nnKkaunin. CnMcok nutepaTypbl
npUBEAEeH B KOHLE CTaTbM.

Mopg6op y4aCcTHUKOB B rpynnbl
MMoa6op yy4aCTHMKOB MPOXOAM Ha OCHOBAHWM Hanu-
4Yus remMopparMyeckoro CuHApomMa B aHamMHe3e W/uiu



[leTu ¢ reMopparu4ecKkumMm CUHAPOMOM Ha MOMEHT OCMOTpa
U/Unu B aHamHe3e oT 2 neT 3 mec Ao 17 net 11 mec (n = 62)

dU3nKanbHbIK OCMOTP
crneuunanncToB (n = 62)

« ’ 5

MaLMeHTbl C KIMHUYECKUMM MPOSABAEHUSAMM
aHeMu1K, CUMMNTOMOB BOCMaIMTE/IbHOrO
npouecca, MeTaboNMYecKoro CMHapoma

(n=12)

\4
MNcKoYeHne ns nccnegoBanua

Puc. 1. In3aitH uccnegoBaHus
Fig. 1. Study design

Ha MOMEHT KJIMHUYECKOIro oCcMoTpa C XpOHVI‘-IeCKOVI naTtosno-
rnen, 6e3 aHeMWUH, KJIMHUYECKUX CMMMNTOMOB BOCManeHus
N MeTaboIMYyecKoro CUHApPOMa.

LleneBble NnoKka3aTtenu UccrefoBaHuUsa

OCHOBHOM NoKa3arteJ/ib UCC/ieOBaHUS

B 3aBMCUMOCTU OT HO30/10MMK NaLMeHTbl Obln pacnpe-
[JeneHbl Ha chnepytolwue rpynnbl: 3ab6oneBaHUs cepLevyHo-
cocyancton cuctembl (CCC) — Kapanommonatum — 10%
(5 4yenoBeK), MM30COMHbIE 60NE3HN HakonneHus (JIbH) —
MyKkononucaxapugo3 | u Il Tunos — 8% (4 4enoseka),
HacneLCTBEHHble MOHOTeHHble cuHapombl (HMC) — cwuH-
apom Petta, cuHgpom HyHaH, cuHapom Kabykn — 22%
(11 yenoBekK), 4eTU ¢ Natosiornent HepBHon cuctemsl (HC) —
LepebpoacTeEHUYECKUIN CUHAPOM, HapylleHNe KOrHUTUBHbIX
dyHKUMN — 20% (10 4enoBek), AeTU C AUCMNIaCTUYECKUM
cuHgpomom (AC) — 40% (20 yenoBek). K gucnnasum coean-
HUTeNbHOM TKaHW ([C) OTHOCHAT reHETUYECKU TETEPOTrEHHYIO
rPynmny OTKAOHEHWUM CTPYKTYPHO-PYHKLIMOHANbHBIX HapyLle-
HWUN COeAMHUTENBHON TKaHW, GopMuUpyloLLENCS B npouecce
OHTOreHesa. PacnpepeneHue nauuMeHTOB MO HO30/0TMAM
npeacTaBieHo Ha puc. 2.

Mo pesynbTatam nccnefoBaHUA BbiiBNeHa runoarpera-
LMSA C TPOMOUH-aKTUBMPYIOLWLMM NenTuaom B 28% cnyvyaes

[MaymeHTbl 6€3 KIMHUYECKUX NPOSBAEHNN
aHeMuKn, CMMNTOMOB BOCMNaNUTENbHOro
npotecca, MeTaboIMiecKkoro cuHapomMa

(n=50)

\

JlabopaTopHoe o6cneaoBaHue, BKaOYas

ncenenoBaHne TPOMGOLIMTOB C MOMOLLLbIO
UMMNeaaHCHOM arperaToMmeTpuu

\ 4
EcTb TpoM6ouuTonaTms (n = 50)

YTOYHEHWe HacneaCTBEHHOrO XxapakTepa
TpombouuTonaTum
(onpoc poauTenen n nauueHTa)

KoHTponbHOE UccneaoBaHne B AMHaMuKe
yepes 6 mec,
KOHCy/bTalmMs remaTtosora

(14 naumeHTOB). N3 HUX Yawe — y aeten u3 rpynn ¢ HMC —
10% (5 nauuneHToB), a Takxe y nauueHtoB ¢ AC — 10%
(5 yenosek).

lMnoarperauns ¢ ageHo3unHandocdhatoM BbigBIEHA
y 20% (10 nauuneHTOB) c npeobnagaHvem y geten ¢ AC —
10% (5 4yenoBekK).

MMnoarperauma ¢ apaxvaoHOBOW KUCIOTOM BbifiB/iEHA
y 14% (7 nauueHTOB) C npeobnajaHWem B rpynne aeteu
¢ AC — 8% (n = 4). B rpynne nauueHToB JIBH runoarpera-
LM C apaxMaoHOBOW KUCOTOM He BbifiBfieHa. TakuM obpa-
30M, runoarperauns Tpom6oLMTOB Oblna BbisiBfieHa Y 62%
(n=31) cpelin BCcex NauMeHTOB C HalWynem remopparu-
4YeCcKoro cuHapoma. Peaynbtathl uccnefoBaHus arperauum
(runoarperauunn) TPOMOOLMTOB MpeacTaBfieHbl Ha puc. 3
nBTaon. 1.

MMneparperaunsa ¢ TPOMOUH-aKTUBUPYIOWMM NENTUAOM
BbiaBaeHa y 12% (n = 6) naLMeHTOB.

lMneparperauma ¢ ajeHo3nHandocbaTtom BbiSBIEHA
B 8% (n = 4) cny4vaes. Y geten ¢ HMC n CCC runeparperauus
C ageHo3nHandocdatom He BbiBAEHA.

MMneparperauma ¢ apaxvaoHOBOW KWUC/IOTOW BbiSBNE-
Ha B 18% cnyyaeB (9 4enoBeK) ¢ npeobnagaHvem [eTen
13 rpynnsl AC — 6% (n = 3) n u3 rpynnel HC — 6% (n = 3)
cpean o6cnefoBaHHbIX AeTeN.
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10%

40% 8%

B HMC B ccc O ABH O AC H HC

Puc. 2. lpynnbl pacnpeaeneHms naumMeHToB Mo HO30/10MUsAM
Mpumeyarnne. HMC — getu ¢ HacneacTBEHHbIMU MOHOTEHHbIMU
cuHagpomamu; CCC — geTtu ¢ natonorvemn cepaevyHo-cocyancTom
cuctembl; JIBH — getn ¢ nn3ocomasnbHbiMM 601€3HAMMU
Hakonnewus; AC — geTtu ¢ gucnnactuieckum cuHgpomom; HC —
[eTU C NaTonorMen HepBHOM CUCTEMBI.

Fig. 2. Groups of patients’ distribution by nosology

Note. MHD (HMC) — children with monogenic hereditary diseases;
CVD (CCC) — children with cardiovascular diseases; LSD (JIbH) —
children with lysosomal storage disorders; DS (4C) — children
with dysplastic syndrome; NS (HC) — children with pathology of
the nervous system.

Y peten u3 rpynnel JIBH runeparperauuns ¢ apaxmaoHo-
BOW KMCNOTOM He BcTpeyanach. Y nayueHtoB ¢ HMC n CCC
runeparperaumm ¢ AP He BbiIiBNeHO. [JaHHble runeparpe-
raumMm TPOMOOLMTOB C pPasfiMyHbIMKU MHAYKTOpPamMuK npea-
cTaBfieHbl Ha puc. 4 1 B Tab”n. 2.

13% ~

10%

8% -

5% -

3% -

0% -

NBH HMC CccC

MeToabl n3MepeHUs 4esieBbiX NoKa3aTtesnen

MccnepoBaHne arperauMm TPpOMOOLIMTOB MPOBOAM-
M B LENbHOW KPOBWM C MOMOLLbIO MOSyaBTOMaTUY4ECKOro
arperomeTpa Multiplate (Roche, ®paHumns) ¢ ucnonb3oBa-
HMEM pPa3fIMYHbIX MHAYKTOPOB arperauuun. O6pasubl Kpo-
BM OocCTaBnsnn B nabopatopuio B TeyeHue 15-20 MuH
nocse BEHENyHKUUN U aHanu3uposanu yepe3 30-35 MuH
C MOMEHTa MNOoCTyn/ieHns 6GMON0orMYyecKoro maTtepuana.
B KayecTBe MHAYKTOPOB MCMO/Ib30Banu TPOMOUH-aKTUBUPY-
townn nentug (TRAP-tecT), ageHo3nHandocdart (ADP-tecT),
apaxugoHoByto Kucnoty (ASPI-TecT).

PedepeHcHble MHTEPBasbl arperauuu ¢ pasHbiMmU MHAOYK-
Topamu OCHOBbIBaNWCh Ha pe3ynbTatax npeablaywmux ucene-
noBanun [10].

O6ecnevyeHO e)erogHoe TexHUYecKoe O0OCyXMu-
BaHMe aBTOMaTM4ecKoro arperometpa Multiplate
(VerumDiagnostica, Roche, ®paHuus). MpoBepKka npa-
BUIbHOCTU Pa6OTbl M3MEPUTENbHbLIX YacTel C MOMOLLbIO
3/IEKTPOHHOIO KOHTPONS KayecTBa COMMacHO MHCTPYKLMK
no 3KcnfyaTauuMmM npuéopa OCyLWecTBASNacb eXeaHEB-
HO. KOHTponb KayecTBa MMNEAaHCHOW arperaToMeTpuu
C WCMNONb30BaHMEM CEPTUDULMPOBAHHBLIX KOHTPOJSIbHbIX
mMaTepuanoB Ans NPOBEAEHUS BHYTPMIabopPaTOPHOr0 KOH-
TpONs KayecTBa COMMACHO MHCTPYKLUMM MO 3SKcnayaTauuu
aHannaaTopa NPOBOAMTCS EXEMECSYHO.

CTATUCTUYECKME NPOLIEAYPbLI

CTtaTUCTUYECKUE MEeTOoAbl

CTaTUCTUYECKMK aHann3d Oblal BbINOJHEH C WUCMONb30-
BaHueM R, Bepcusa 4.1.3. [Ing cpaBHEHWUS KaTeropuasbHbIX
NPU3HaKOB NPUMEHANN Kputepui X2 (xu-KkBaapart) MupcoHa
M TOYHbIN KpuTepuih Puwepa (Npu 4ucne HabNOAEHUR
B OQHOM U3 a4eeK Tabnuubl 2 X 2 < 5). lNpoBepKa runortes
Oblna ABYCTOPOHHENW, pasnunyma p < 0,05 yyuTbiBanuchb
KaK CTaTUCTUYECKU 3HAYMMbIE.

m TRAP
= ADP
ASPI

AC HC

Puc. 3. PacnpeneneHune TpombouMTONaTUin Npu runoarperaymm TPOMOG0OLUTOB € Pa3IMYHbIMU MHAYKTOPAaMU Yy MaLMEHTOB B 3aBUCUMOCTH

OT HO30J/10rnun

MNpumeyarne. TRAP (thrombin receptor activating peptide test) — TecT ¢ akTMBaTOpoM peLentTopoB Tpom6uHa; ADP (adenosine
diphosphate test) — Tect ¢ ageHo3nHandocodatom; ASPI (arachidonic acid test) — TecT ¢c apaxuaoHoBon kucnoton; JIBH — netu

C NM30comasbHbIMK 601€3HAMU HakonneHns; HMC — feTu ¢ HacneacTBEHHbIMU MOHOTEHHbIMK cuHApOoMamMu; CCC — aeTu ¢ natonoruen
cepaeyHo-cocyancTom cuctemol; IC — getu ¢ gucnnactuyeckum cuHapomom; HC — getu ¢ natonorven HepBHOM CUCTEMBDI.

Fig. 3. The distribution of thrombocytopathies in patients with platelet hypoaggregation with various inducers, depending on the nosology

Note. TRAP — thrombin receptor activating peptide test; ADP — adenosine diphosphate test; ASPI — arachidonic acid-induced
aggregation test; LSD (JIBH) — children with lysosomal storage disorders; MHD (HMC) — children with monogenic hereditary diseases;
CVD (CCC) — children with cardiovascular diseases; DS (4C) — children with dysplastic syndrome; NS (HC) — children with pathology of

the nervous system.



Ta6nuua 1. Pacnpegenexue runoarperayum TpOM60LMTOB y NaLMEHTOB B 3@aBUCUMOCTHU OT HO30/10T MU
Table 1. The distribution of platelet hypoaggregation in patients depending on nosology

Ho3onorum Aetun Oetun [etu c natonoruen e Aetun
C IN30COMHbIMU C HacneACTBEHHbIMU CO CTOPOHbI c natonoruem
. | c AucnnacTU4ecKum .
60/1e3HAMMU MOHOI€HHbIMU cepAeYHO-COCYyAUCTOM T (T HEpPBHOW
UHAYKTOPBI HaKonneHus, % (n) cuHapomamu, % (n) cuctembl, % (n) ’ cuctembl, % (n)
TRAP 2(1) 10 (5) 2(1) 10 (5) 4(2)
ADP 2(1) 4(2) 2(1) 10 (5) 2(1)
ASPI 0 2(1) 2(1) 8 (4) 2(1)

MpumeyaHme. TRAP (thrombin receptor activating peptide test) — TecT c akTuBaTOpOM peLienTopoB TpoM6uHa; ADP (adenosine diphosphate
test) — TecT c ageHo3uHandocdatom, ASPI (arachidonic acid test) — TecT ¢ apaxMaoOHOBOW KUCTOTOM.

Note. TRAP — thrombin receptor activating peptide test; ADP — adenosine diphosphate test; ASPI — arachidonic acid-induced aggregation
test.

8% -
6% -
5% 1 m TRAP
= ADP

39 ASPI

-
) l I I
O% 1 T T T

ABH HMC cce AC HC

Puc. 4. Pacnpegenexue Tpom6oLmMTONaTUiM Npu runeparperalmm TPOMGOLMTOB € Ppa3nyHbIMU MHAYKTOPaMK Y NaLMeHTOB B 3aBUCUMOCTH
OT HO30/10InKn

MpumeyaHune. TRAP (thrombin receptor activating peptide test) — TecT ¢ akTuBaTOpOM peuentopos TpoMbuHa; ADP (adenosine
diphosphate test) — Tect ¢c ageHo3nHgnudochatom; ASPI (arachidonic acid test) — TecT ¢ apaxuaoHoBon Kucnoton; JIBH — getu

C IM30coManbHbiMK 60n1e3HamMu Hakonnexnms; HMC — petu ¢ HacneAcTBEHHbIMU MOHOTEHHbIMU cuHApoMamu; CCC — aeTu ¢ naTonoruew
cepaeyHo-cocyaucTomn cuctembl; C — aetu ¢ gucnnactmieckum cuHgpomom; HC — getu ¢ naTtonornen HEpBHOM CUCTEMBI.

Fig. 4. The distribution of thrombocytopathies in patients with platelet hyperaggregation with various inducers, depending on the
nosology

Note. TRAP — thrombin receptor activating peptide test; ADP — adenosine diphosphate test; ASPI — arachidonic acid-induced
aggregation test; LSD (JIBH) — children with lysosomal storage disorders; MHD (HMC) — children with monogenic hereditary diseases;
CVD (CCC) — children with cardiovascular diseases; DS (4C) — children with dysplastic syndrome; NS (HC) — children with pathology of
the nervous system.

Ta6nuua 2. Pacnpepenexue runeparperauuv TpoMOOLMUTOB Y NaLMEHTOB B 3aBMCMMOCTHU OT HO30/10M UK
Table 2. The distribution of platelet hyperaggregation in patients depending on nosology

Ho3onoruu Aetun Aetun [etu c natonoruen T Aetun
C IN30COMHbIMM C HacNneACTBEHHbIMU CO CTOPOHbI c natonoruen
. | AuMcnnacTU4ecKum .
60J1Ie3HAMMU MOHOTFeHHbIMHU CepAeYHO-COCYyAUCTOM R ——— HEpPBHOW
UHAYKTOPBI HakonneHus, % (n) cuHapomamu, % (n) cuctembl, % (n) ’ cuctembl, % (n)
TRAP 2(1) 2(1) 2(1) 4(2) 2(1)
ADP 2(1) 0 0 2(1) 4(2)
ASPI 0 4(2) 2(1) 6(3) 6(3)

lMpumeyaHune. TRAP (thrombin receptor activating peptide test) — TecT ¢ akTuBaTOpPOM peLienTopoB Tpom6uHa; ADP (adenosine diphosphate
test) — TecT c ageHosnHandocdatom; ASPI (arachidonic acid test) — TecT ¢ apaxMaoHOBOW KUCIOTOMN.

Note. TRAP — thrombin receptor activating peptide test; ADP — adenosine diphosphate test; ASPI — arachidonic acid-induced aggregation
test.
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3TUYECKAS 3KCMEPTU3A

UccnepoBaHue 0406pEHO HE3ABUCHMMbBIM 3TUHECKMUM
komutetom PrbHY LIKB PAH (B HacTtosiuiee Bpems —
OIrBHY «PHUX um. akag. b.B. [eTpoBCKOro»), npoToKos
N2 148 o1 15.01.2021; 3aKOHHbIE NpeacCTaBUTENM peOEHKa
nUnn pebeHoK, AOCTUrIMI Bo3pacTa 15 net, noanucbiBanu
MHGOpMMpPOBaHHOE AOOGPOBOSILHOE cornacMe Ha o6cneno-
BaHue. lMpn GopmmpoBaHun 6a3sbl AaHHbIX UCCNeaO0BaHUSA
BCe cBefleHMs1 06 y4acTBOBaBLUMX NaUMeHTax 6bian aenep-
COHaNM3MPOBaHbI.

PE3YJIbTATDI

XapaKTepUCTUKMU BbIGOPKHU (Frpynn) uccnegoBaHus

B nccnenoBaHme 6bi1n BKIOYEHBLI 62 peGeHKa C XPOHU-
yecKown natonorunen, 25 mManb4nMkoB U 37 geBo4YeK, Habto-
naBlnxca Ha 6a3ze HUWM negmatpun n oxpaHbl 310POBbS
neten ¢ sHBaps no gekabpb 2022 r. CpegHun Bo3pacT
coctaBun 9 net 1 mec (aManas3oH 1 rog — 18 neT).

Kputepuamun BKOYEHUS B UCCNefoBaHWe ABANOCH
Hann4ymMe remopparn4yeckoro cMHApoMa B aHamMHe3e U/unm
Ha MOMEHT KNIMHMYECKOro ocMoTpa y aeten. B uccneposa-
HWe OblNK BKJIOYEHbI 62 pebeHKa ¢ pa3fIMyHOM NaTonornen,
M3 HUX oTo6paHbl 50 geten (21 ManbyuKk M 29 OEBOYEK)
B Bo3pacTe oT 2 neT 3 mec Ao 17 net 11 mec 6€3 aHeMuH,
KIMHUYECKUX CUMNTOMOB BOCManeHus n metabonnyeckoro
cuHapomMa. MeagmaHa Bo3pacTta coctaBuna 9,4 (7,2; 13,4).

B ocHoBHyt0 BbIGOPKY nauuneHToB Bowaun 50 peten,
21 ManbyuK U 29 paeBoYeK, pesynbTaTbl 06CefoBaHuUA
KOTOPbIX ObINIM NPOAHANM3UPOBaHbI.

M3 nccnenoBaHUs UCKAOYaAIUCh A€TU C KIMHUYECKUMU
NPosiBNEHUIMN aHEMUU, CUMITOMOB BOCMNaNUTENbHOIO NPO-
Lecca, MetTaboM4yecKoro CMHApPoOMa.

OCHOBHbI€ pe3yabTaTbl UCCleoBaHUA

JedeKTbl NepBUYHOrO 3BEHa remMocTasa NnpeacTaBasioT
cobon Hambonee pacnpocTpaHEHHbIe MPUYUHbI aHOMaJlb-
HbIX KpOBOTEYeHWMW. B Haliem uccnepoBaHun 6Gonee 4em
y NONOBUHbI AeTen (n = 62%) ¢ remMopparMyecKkUM CUHAPO-
MOM BbIiBfieHa runoarperaums TpoméountoB n B 38% cny-
YyaeB — runeparperauus TPOM6OLUTOB.

OBCYXAEHME

Pe3lome OCHOBHOro pesyabTaTta uccjiejoBaHus

B xopne npoBeneHHOro uccnenoBaHus BbiBieHaA TMMO-
arperauusi TpoM60UNTOB 60siee Yem Yy MOSIOBUHbI AeTeEN.
MonyyeHHble AaHHblIE COrnacylTcs C pes3ynbraTamu Apy-
rMX Hay4HbIX MCCNEef0BaHUN, KOTOPbIE OLIEHWMBAIN Hanuyne
TpoMbGOoUUTONATUI Yy AeTer C KPOBOTEYEHUSAMWU Pa3NnUYyHOM
JIOKanusaumu.

[Mnoarperaunss TPOoM6GOLMTOB CO BCEMW MHAYKTOpamu
6bina BbiBNeHa y 62% (n = 31) cpean Bcex NauueH-
TOB, NpY 3TOM B rpynne nauyueHToB ¢ JIBH runoarperauus
C apax1Ma0oHOBOW KMCOTOM He BbiiBNEHa. TpomboumTonaTuns
Yallle BCEro BcTpeyanach y nalMeHToB ¢ AUCNAACTUHECKUM
$eHOTUNOM, 4TO, BEPOATHO, CBA3AHO C HapyllEHNEM PYHK-
UMW PeLenTopoB K KofinareHy Ha NoBEepPXHOCTH TPOMGOLIM-
TOB. BbIiBNeHHble N3MEHEHUs B arperauumoHHOn GyHKUKUK
TPOMOOUMTOB HEOO6XOAMMO Yy4MTbiBaTb Npu HabAO4EHWUM
nauMeHToB ¢ AUCnna3nen coeauHUTENbHON TKaHW.

MMneparperaumsa TPOMGOLMTOB CO BCEMWU MHAYKTOPaMM
6bina BbigBAeHa y 38% (n = 19) cpean BCex nauMeHToB
¢ npeo6nagaHUem cpeau NaumeHToB M3 rpynnbl NaToNormm
HC, 4T0, BEPOSATHO, CBA3AHO C NPOABIEHUAMM IHAOTENNANb-
HOW anMcohyHKumK. Y aeten ¢ JIBH runeparperayus ¢ apaxu-
[IOHOBOW KUC/IOTOM He BcTpedanacb. Y nauueHtoB ¢ HMC
n CCC runeparperaumm ¢ AAP He oTMevanoch. BeisBneHHbIe
n3meHeHUs GYyHKLMOHaNbHbIX CBOMCTB TPOMBOLIMTOB HEOO-

XOAMMO YYUTbIBATb NPKW HaG/0AeHUM 38 NaLUeHTaMu C Hapy-
WEHMAMMU KOTHUTUBHbIX QYHKLIMA U Lilepe6poacTeHNYECKUM
CUMHAPOMOM.

OrpaHuM4YeHUs ucciegoBaHusa

B HacTosiwem uccnegoBaHmm yyactsosanu 50 oto6paH-
HbIX NauneHToB. Bbiin cobniogeHbl Bce npasuia npeaHa-
JINTUYECKOrO U aHaNUTUYECKOro 3TanoB B3ATUA 06pa3LOoB
KpOBU U UX aHaNN3a.

Heob6xoanMble ycnoBusi MPOBELEHUA Ka4yeCTBEHHOTO
HabnoaaTeNbHOro uccnefoBaHns cobn4eHbl.

3AK/TIOYEHHUE

lMpoaHanua3npoBaHbl  pe3ynbTaTbl flabopaTopHbIX
nccnegoBaHWM arperaumMoHHoOM QYHKUMKM TPOMOOLMTOB.
Mnoarperayna TpOoMOOLMTOB CO BCEMW WMHAYKTOPamu
Oblna BbiBNieHa y 62% (n = 31) cpean Bcex NalMeHTOB.
MonyyeHHble AaHHble cOrnacylTcs C pesynbratamu Apy-
rMX Hay4HbIX UCCNEefOBaHUN, KOTOPblEe OLLEHMBaIN Hanuyme
TpomMbouuTONnaTu y geTen ¢ KPOBOTEYEHUAMU Pa3INYHON
nokanuadauuu. Tuneparperauns TpoMOGOLMTOB CO BCEMM
MHOYKTOpamK Gbina BbigBneHa y 38% (n = 19). Y geten
¢ JIBH nameHeHun B arperayMoHHOM GYyHKLMN TPOMOOLUTOB
C UccnegyemMmbiMU MHAYKTOPaMK He OTMEYEHO.

C y4yeTOM C/IOXKHOCTU NEPBUYHON AMArHOCTUKM TPOM-
6ounTONaTMM MPU HaNU4YUKM reMopparnyeckoro CUHAPO-
Ma, ANUTENbHbIX NEPUOAOB OTCYTCTBUS KIMHUYECKMX MpPO-
fBNEHNA HeobXxoaAMMO TlaTenbHOe W3yyeHWe aHamHesa
y NauneHTa v ero pOACTBEHHMKOB NEPBOM IMHUKU POACTBA.
HopMmanbHble pesynbTaTbl arperaTomeTpun B COYETaHUU
C YMEPEHHbIMW NPOABAEHUIMMN KPOBOTOYMBOCTHU HE NMO3BO-
NA10T OAHO3HAYHO MCKAYUTL Hanauyme TpombouuTona-
TUK, NO3TOMY HEOBXOAMMO NPOBEAEHUE ANArHOCTUHECKUX
nccnefoBaHWi B AMHAMUKE Hapsaay ¢ TwartenbHbiM c60poMm
CEMENHOro aHamHe3a Mo remMopparM4ecKoMy CUHAPOMY
Yy POACTBEHHWKOB MEPBOW JIMHWUM M OMPOCOM MaLMEHTOB
C NOMOLWbO NeanaTPUHECKON WKanbl KPOBOTOYMBOCTU —
PBQ (Pediatric Bleeding Questionnaire), 4To B 3Ha4uTENb-
HOM cTeneHn o6neryuMT NOCTaHOBKY AuarHosza. LUupokoe
BHeApeHWe arperatorpaMmbl B KayecTBe CTaHAapTHOM
AvarHoctTMyecKowm npouenypbl 6ygeT cnoco6¢cTBOBaTh CBOE-
BPEMEHHOW AnarHocTuke TpombounTonaTui, 4To NO3BOUT
Ha3Ha4YuTb afleKBaTHYIO 3TMONATOreHeTUYECKyo Tepanuio
Ha paHHMX 3Tanax W gaTb peKoMeHdauun no npobunakTm-
Ke remopparm4yecKoro cMHapomMa, oCO6eHHO NpU NaaHUpy-
€MbIX OMepaTuMBHbIX BMellaTeNbCTBax (TOH3UNNIKTOMMUS,
3KCTPaKLUMs 3y60B M T.4.), Npy BbIGOPE CNOPTUBHbLIX yBE-
YEHUN.

MMporHo3 3ab6oneBaHWM YCNOBHO 61aronpuUATHLIN
npu CBOEBPEMEHHOM [MArHOCTUKE M afeKBaTHOM nede-
HWK, 4YTO MO3BOUT BLICTPO KYNMPOBaTb reMopparniecKkumn
CUHAPOM M NpeaynpeanT pasBuTHUE FPO3HbLIX OCIOXKHEHUN.
[OnarHocTuka no3BOAUT NPeAoTBPaTUTb pa3BUTUE TaKUX
OC/IOXHEHWI, KaK KPOBOTEYEHUS, XPOHMYecKas noctre-
Mopparn4yecKkas aHeMus, 1 CHUXKaeT PUCK Pa3BUTUS TPOM-
60308B.
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